Department of Family Medicine, Maastricht University, the Netherlands ABSTRACT Context: Advance care planning (ACP) is defined as a person-centred, ongoing process of communication that facilitates patients' understanding, reflection and discussion of goals, values and preferences for future care. There is evidence for the general palliative care population that ACP increases compliance with patients' end-of-life preferences and improves quality of care near the end of life.
INTRODUCTION

Background
According to the World Health Organization (WHO), palliative care is defined as "an approach that improves the quality of life of patients and their families facing the problem associated with life-threatening illness, through the prevention and relief of suffering by means of early identification and impeccable assessment and treatment of pain and other problems, physical, psychosocial and spiritual" (1). Intellectual disability (ID) is defined as a disability characterized by significant limitations both in intellectual functioning and in adaptive behaviour, which covers many everyday social and practical skills. The disability develops before the age of eighteen and is often expressed using the IQ scale (with profound to mild intellectual disability covering the IQ range 0-70) (2) . People with ID have twice as many health problems as the general population (3). Moreover, the reported prevalence of chronic health conditions in children with ID is much higher than in the general population (4) . Among them, there are individuals who are extremely fragile in terms of their health from birth on. Therefore, people with ID could have palliative care needs at an early stage of life. On the other hand, the life expectancy of people with ID has increased in line with that of the general population because of social and medical advances (5) . This epidemiological development is linked to growing incidences of life-threatening illnesses at an older age, such as progressive cancer, chronic cardiovascular diseases, chronic lung diseases and dementia (6) (7) (8) . Consequently, relatives and professionals increasingly have to cope with people with ID who are in need of palliative care. Advance care planning (ACP) can be seen as an integral process of palliative care (9) and is defined as a person-centred, ongoing process of communication that facilitates patients' understanding, reflection and discussion of goals, values and preferences for future care (10). ACP has already been studied in various settings and populations and there is evidence that ACP increases compliance with patients' end-of-life wishes and satisfaction with palliative care (11). In elderly patients, ACP has been shown to improve the quality of palliative care and patients' and families' satisfaction (12). A recent systematic review among nursing-home residents showed that ACP had beneficial effects in this population and led to more actions consistent with residents' wishes and a reduction in unwanted medical interventions at the end of life (13). The ACP framework and the way in which ACP highlights the wishes and preferences of patients may also be applicable and important for people with ID and their relatives. Due to their limited capacity for understanding and communication, people with ID often do not understand their own health condition, can experience difficulty expressing pain and other symptoms and feelings, and have difficulties with medical examinations or interventions. End-of-life decisions should therefore always be carefully weighed against the benefits for the patient's quality of life. In ACP for people with ID, all stakeholders, including professionals, relatives and the patient if capable, should be involved in a timely discussion about wishes for future care. As ACP is a broad concept, problems with medical examinations and treatment options now and in the future should be part of the discussions, but ACP also encompasses psychological, social and spiritual matters in palliative care. For example, discussions about the place of palliative care (whether people prefer to stay in their own home environment or move to a hospital or nursing home) (14) , or what kind of activities a person would still want to do, can also be elements of ACP. It is important that everybody who is involved in the palliative care for a person with ID joins in discussing the possibilities and restrictions with regard to future care. Professionals often find it challenging to initiate the process of ACP (15). In patients with cancer, physicians wrongly avoid ACP discussions because they are afraid such conversations will cause psychological suffering (16). Research in ID care showed that if relatives and professionals were uncertain whether a person with ID could understand the information, they tended to withhold potentially upsetting news to spare the individual from distress (17). Moreover, a retrospective study of the medical files of people who died in a Dutch healthcare centre showed that patients with ID were not actively involved in any of the end-of-life decisions (18) . However, research also shows that most individuals with mild or moderate ID want to be involved. Moreover, they are able to express their views on end-of-life care provision, understand treatment information and make treatment choices, although that ability decreases with the increasing complexity of decision-making regarding care (19-21).
Objectives
Because of the limitations of people with ID in understanding and communicating information, the growing number of people with ID in need of palliative care, and the importance of advance planning in making sure that palliative care is in accordance with a persons' wishes, we want to gain more insight into what is known about the use and effects of ACP in palliative care for people with ID. The questions addressed in this systematic literature review are:
1. What is known about the use and content of ACP or elements of ACP in palliative care for people with ID? 2. Is there evidence that ACP leads to (a) a higher quality of palliative care and (b) a higher quality of life for people with ID? 3. When is ACP initiated and what are the conducive and obstructing factors when introducing ACP in palliative care for people with ID?
METHODS
Design
A stepwise procedure was used to identify relevant papers based on the Preferred Reporting Items for Systematic Reviews and Meta-Analyses Statement (PRISMA, see Figure 1 ) (22). In the first step, all the titles and abstracts of the references identified in the searches were read and an assessment made as to whether they appeared to meet the inclusion or exclusion criteria (see Box 1). In a second step, the first two authors (HV, AV) read the full texts of all the references that potentially met the inclusion criteria to see whether they indeed met the inclusion criteria. The inclusion process was carried out by the two researchers independently (HV, AV). Disagreements were resolved through discussion or, if there were still doubts, by consulting a third researcher (AdV). The methodological quality of the studies was graded using a critical appraisal tool (23). This tool was chosen because it was specifically developed to assess multiple kinds of study designs. It consists of nine items (abstract and title, introduction and aims, method and data, sampling, data analysis, ethics and bias, results, transferability or generalizability, and implications and usefulness). Each item can be scored on a 4-point scale ranging from very poor (a score of 1) to good (a score of 4). The total scores can range from 9 to 36. Scores of 18 or less were labelled 'poor' methodological quality, from 19 to 27 'moderate' quality and above 27 'good' quality. The methodological assessment of each study was done by two researchers independently (HV and AdV or HV and AV). If the maximum difference in the scores of the two researchers was 5, the methodological quality was the average of the two scores. Disagreement between the two researchers (i.e. a difference of more than 5 points) did not occur. To prevent bias, the methodological assessment of a study was never performed by a researcher who had co-authored that publication. Information was extracted by one researcher (HV) and checked by a second researcher (AdV) using a standardized data extraction form (see Appendix A). The extracted data included study identification, study design and data collection, background information on the people with ID, results of the study, and strengths and limitations of the study design.
Data sources
The following international literature databases were searched: PubMed, PsycINFO, Embase and CINAHL. The NIVEL library and Google Scholar were also used to search for relevant studies meeting the inclusion criteria. The search string presented in Box 2 was used for Pubmed and checked by an experienced librarian. For other databases, the search was based on the string used for Pubmed with adjustments where necessary. The databases were searched in June 2016. No language or period restrictions were applied.
RESULTS
The database search resulted in 538 studies after excluding 141 duplicates. Based on the title and/or abstract, 463 studies were excluded due to meeting exclusion criteria and/or not meeting inclusion criteria. Two studies were added after manually searching Google Scholar. Based on the full text assessment, 14 studies met the inclusion criteria and were included in the systematic review (see Figure 1 ). Three studies reported on collaboration in palliative care (24, 26, 36) . People with ID were less likely than people without ID to have access to specialist palliative care services (26). Moreover, hospice service providers had limited experience with people with ID (24, 36). Other elements of ACP that studies reported on were: communication about advance directives (n=1), the inclusion of family in ACP (n=1), the documentation of wishes for future care (n=1) and the start of ACP (n=1).
Effects of ACP
None of the studies included in this review fitted the description of an effect study measuring the outcomes of an ACP programme or intervention. One study did report on the effects of ACP (26). According to the case reviews in this study, ACP contributed to effective care for the patient's illness and conditions, and professionals acted in accordance with the plans that had been discussed. Moreover, professionals felt more confident after ACP discussions in their dealings with the patient.
Start of ACP and conducive and obstructing factors
One study looked at the start of ACP (26) and two studies reported on the start of decision-making (24, 31). Obstructing factors were mentioned in three studies regarding different elements of ACP (24, 26, 36), and conducive factors were mentioned in two studies (25, 31). Physicians preferred to discuss end-of-life decisions in a stable and calm situation, when emotions were under control and enough time could be spent on a sensible discussion (31). However, this was often not possible because of a late diagnosis of the illness (24). Professionals did not always recognize non-verbal symptoms or saw symptoms as part of the disability (24, 36). Moreover, professionals were not prepared to discuss end-of-life issues with the patient because they believed the patient would not understand and they did not know who had the authority to tell the patient directly (24). Therefore, if ACP occurred, it was often acute as a consequence of problems that had arisen, instead of anticipating possible problems that could appear in the future (26). Regarding conducive factors in ACP, professionals noted the importance of nurturing good relationships with the patient's family (25). Physicians believed that a good working relationship with relatives and other professionals was the most important factor contributing to an effective decision-making process (31).
CONCLUSION
Our first research question focused on the use and content of ACP in palliative care for people with ID. Studies included in this review mostly focused on only one element within the broad concept of ACP, which embraces physical, psychological, social and spiritual matters in palliative care. Decision-making, specifically end-oflife decisions, and organizational policies regarding medical issues were the most commonly studied elements of ACP. Other elements that studies reported on were: collaboration in palliative care, communication about advance directives, the inclusion of family in ACP, the documentation of wishes for future care, and the start of ACP. Therefore, we can conclude that some elements of ACP have been studied, but more research is needed to investigate whether ACP should be used and what this process should look like within palliative care for people with ID. For example, it is still unclear when the process of ACP should be initiated, who should be involved, what the roles and tasks of the people involved should be, and what should be discussed. The lack of reported evidence means we cannot answer our second research question about the effectiveness of ACP regarding the quality of palliative care and quality of life of people with ID. This is striking because the effects of ACP are well studied in various other patient groups for several types of interventions and programmes (11). Furthermore, a review of ACP programmes in long-term care homes studied whether the programmes took the needs of patients with dementia into account (37). For example, a well-studied ACP programme called 'Let Me Decide' (38) focusing on understanding treatment options in palliative care was considered dementia-friendly because it could be used for both patients with or without mental capacity, and patients and/or relatives were encouraged to re-evaluate their wishes and preferences when the patient's health status changed (37). Although dementia differs from ID in many respects, it would also be interesting to investigate the needs of people with ID regarding ACP and whether programmes like 'Let Me Decide' could effectively fulfil these needs.
The third research question focused on the start of ACP and conducive and obstructing factors in introducing ACP in palliative care for people with ID. Based on this review, there is no evidence that ACP discussions occur frequently. Where ACP is used, this is often in acute circumstances and only after problems have arisen (24, 26). As studies included in this review indicate, there are no clear organizational policies on ACP, which can cause confusion and uncertainty among professionals, as well as among relatives, about tasks and responsibilities (24, 30). Therefore, professionals should be informed about their role and tasks in discussing end-of-life issues and trained in talking about this with people with ID and/or relatives. In that way, professionals will be better prepared for discussing end-of-life issues with people with ID and/or their relatives and be more comfortable with this (15). Advance planning for future care may be important not only for those who become incurably ill and are in need for palliative care, but also for those who are medically fragile from birth on (25, 34, 35). In these patients, the need for ACP discussions and end-of-life decisions may manifest already from birth and will therefore be mainly influenced by the wishes of relatives. However, the need for ACP is not so easy to detect in people with ID with milder disabilities (26). A recent study in the Netherlands showed that only 44% of ID physicians foresaw the death of patients with ID before the last month of life (39). Multiple signals from different information sources and interactions between the patient, professionals and family are needed to be able to identify people with ID who are in need of palliative care (40). This shows that ACP for people with ID is not a uniform process but will take different forms depending on the degree and complexity of the disability and vulnerability of the person with ID. Professionals should therefore use ACP as a flexible process depending on the needs and preferences of the individual and their relatives. The studies included in this review showed that people with ID are often not involved in decision-making about medical issues. Moreover, no study included in this review used people with ID as participants in the study. As a consequence, not much is known about how people with ID in palliative care can be involved in ACP. Although including people with ID in healthcare research can be challenging (41), studies show that it is important to talk to people with ID about their illness and preferences in the palliative phase (42, 43). This enables clarification about what people with ID find important and how people with ID see their own role in discussions about future care. The same applies to including people with ID in ACP discussions in practice. ACP focuses on person-centred care. Without asking the patients themselves about their views and preferences, it remains uncertain whether their wishes will be respected and whether the care provided will satisfy their needs (20, 42, 43). However, allowances need to be made for the fact that people with ID find it more difficult to understand the concept of death, and self-determination in end-of-life planning is less developed (44).
A strength of this study is that it is the first to provide an overview of the use and content of ACP in palliative care for people with ID. Moreover, most of the studies included in this review are of a good methodological quality (12 out of 14). However, the majority of the studies were retrospective or made use of self-reported data and as a consequence were susceptible to recall bias. A limitation of the review is that we only included articles found in Pubmed, PsycINFO, Embase, and CINAHL. We are aware that there could be more relevant studies that are not included in the databases we searched. Two additional studies were detected by manually searching for relevant references.
In conclusion, there are some indications that ACP in palliative care could be useful for people with ID, but more knowledge is needed about the use and effects of ACP as a broad process. Specifically, there is a lack of knowledge about the views and preferences of people with ID themselves about what is important in end-of-life care planning. As a consequence, it is not clear whether and how ACP should be used within palliative care for people with ID and how to involve their needs and preferences in this process. In future research, it is therefore important to investigate the perspective of the patients with ID and ask them about their experiences with and ideas about ACP. In healthcare practice, professionals should be trained in communicating with people with ID and/or their relatives about end-of-life issues. , H., Vogel, A., Wagemans, A.M.A., Francke, A.L., Metsemakers, J.F.M., Courtens, A. Voss, H., Vogel, A., Wagemans, A.M.A., Francke, A.L., Metsemakers, J.F.M., Courtens, A.M.,  Veer, A.J Table 2 Extracted data for the studies that were included (n=14) 
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